Nystagmus presenting in infancy, often referred to as congenital nystagmus, is a non-specific manifestation of a wide variety of disorders of the eyes, visual pathway, or central nervous system.'2 The ophthalmologist is asked to assess the vision and identify any ocular causes. The diagnosis is straightforward when there are obvious abnormalities such as strabismus, aniridia, cataracts, or colobomata. However, there are a number of children where no gross eye anomalies can be found and there are no changes on general or central nervous system examination. In some of the children there may be a family history of nystagmus which may help with the diagnosis.3
Analysis of the type of nystagmus may give guidelines towards making the diagnosis. The 'searching' type is indicative of Leber's amaurosis or optic nerve diseases such as atrophy or hypoplasia,' 2 whereas the 'pendular' type of nystagmus is associated with ocular albinism, retinoschisis, achromatopsia, and congenital stationary night blindness (CSNB). ' (Fig. 1) .
In seven of the eight children with ocular albinism the VEPs displayed contralateral enhancementthat is, the amplitude of the VEP was much greater from the hemisphere contralateral to the eye being stimulated than the VEP from the ipsilateral hemisphere. Four out of the seven children with Leber's amaurosis had reduced VEPs. The VEPs were normal in all the other groups of children.
Analysis of colour vision by the F/100 test revealed gross abnormalities in all the children with complete achromatopsia, but the abnormalities in the two brothers with incomplete achromatopsia were only mild, with a blue-yellow axis.
The family histories of the 17 children with complete congenital achromatopsia suggested an autosomal recessive inheritance in every case. Ten of the children presented with no known family history, five were male and five female. The other seven children with complete achromatopsia came from three families. One family included two affected girls and one affected boy, and the other two families each included one affected male and one affected female. Parental consanguinity was found in only two families, which is in contrast to the findings of Francois et al.5 and Bell,9 who reported parental consanguinity in 20-30% of families. The two children with suspected incomplete achromatopsia, were brothers, with no other family history, which was therefore consistent with an X-linked recessive inheritance.
All but one of the children with complete achromatopsia were attending normal schools without difficulty, and the two boys with the incomplete form were also attending normal schools. The one patient (aged 18) who had attended a school for the partially sighted stated that she was not as visually handicapped as her fellow pupils, and she considered this The results of this study confirm that the ERG using unreliable in subjective testing. An objective scotopic, photopic, and flicker stimuli is of value in measurement such as the ERG is therefore of value classifying children and young adults with early onset and can be performed quickly and painlessly. Nevernystagmus. This test is of particular value in differen-theless colour vision testing remains an invaluable tiating between idiopathic nystagmus and complete indicator of the incomplete forms of achromatopsia.
or incomplete congenital achromatopsia, the absence The ERG also proves to be of value in the differential or gross reduction of photopic and flicker ERGs diagnosis of Leber's amaurosis (gross reductions to being diagnostic in the latter conditions. all stimuli) and in CSNB (Schubert-Bornsheim 29% of the children in this study, who presented ERG). Analysis of the ERG waveform can also with unclassified early onset nystagmus, were identify foveoschisis. after ERG analysis classified as having congenital
The VEP to flash stimulation would appear to be of achromatopsia. Although the result of colour vision value in cases of ocular albinism, and the finding of 
